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Background: Williams Syndrome (WS) is a congenital, multisystem developmental disorder affecting 1 in 8,000 live births. Cardiovascular 
abnormalities (CVA) are present in 80% of WS patients. Electrocardiographic findings in WS have not been fully characterized. The objective of the 
present study was to characterize electrocardiographic findings in a large cohort of patients with WS.
Methods: A retrospective review was performed of the electrocardiograms (ECGs) of patients with WS evaluated at the Children’s Hospital of 
Philadelphia from January 1, 1980 through December 31, 2007. When available, the 5 most recent ECGs in each patient were evaluated using 
standard techniques. Ventricular hypertrophy was diagnosed based on previously reported voltage criteria in normal populations.
Results: There were 187 patients (54% female) with 499 ECGs for evaluation. Mean age at study ECG was 10.0 years (range 0.1-58.9); mean 
number of ECGs per patient was 2.7 (range 1-5). Heart rate, PR interval, and QRS interval were normal for age. Right ventricular hypertrophy (RVH) 
was present on 44% (219/499) of ECGs. Left ventricular hypertrophy (LVH) was present on 30% (150/499) of the ECGs. 57% (106/187) of subjects 
had 1 ECG demonstrating RVH, and 39% (72/187) had 1 ECG demonstrating LVH.
Conclusions: Electrocardiographic intervals in patients with WS follow expected trends seen in normal patients. Voltage criteria for RVH and LVH 
are commonly met on ECGs of patients with WS and may not be meaningful.
